This volume is the proceedings of a symposium of the Society for the Study of Inborn Errors of Metabolism held in 1967. The aim of the symposium was to carry out an interdisciplinary approach to the problems of some inborn metabolic errors affecting brain and muscle. The basic plan has been to define the clinical problems, examine the pathological changes, and then attempt to explain them biochemically. The use of this approach shows some of the historical development of our understanding of the subject.
The proceedings appear essentially as a series of review articles which are generally illustrated and have a useful series of references. The figures are especially helpful in clarifying the biochemical complexities presented. In the large field of the inherited disorders of muscle and brain, a limited number of conditions have been selected. Consequently, it has been possible to include sufficient detail to reach a stage at which clarification has sometimes been possible as well as the definition of genuine confusion.
The clinical and biochemical aspects of muscular dystrophy have been reviewed with a consideration of the importance of the nervous system to the organisation of muscle. The glycogenoses of skeletal muscle are presented in detail. In these rare diseases it is clearly shown how much depends on the enlightened investigation of individual patients. A large part of this symposium was devoted to the sphingolipidoses; this section is clear and concise. An overall view is presented which is memorable but not facile; this is a considerable achievement in such a complex subject. Wilson's disease is next considered with considerable emphasis on studies using radioactive copper. At this point it was very clear that the meeting was held in 1967 since there 45 This little book is neither a treatise on the pigmented naevus nor a description of a new experimental animal, but a reasoned argument for the SI unit of substance (symbol mol). It provides an account of the mole concept and illustrates its advantages as a basic unit in medicine. It is written in simple terms and intended for those whose training included only a brief contact with the mole.
Three basic arguments are used: 1. Expressing concentration of chemical compounds in terms of moles provides a uniform system of units. 2. The use of moles avoids the ambiguities of the equivalent, particularly with polyvalent anions. 3. The mole scale facilitates the calculation and understanding of osmolality, but the advantages of doing this are not convincingly explained. Surprisingly, there is little mention of the value of the mole concept in metabolism, where it provides a quantitative explanation of metabolic processes and the relationship between molecules, and has a much wider application than the equivalent which it replaces.
The theoretical arguments for the mole are overwhelming but so, at present, are the practical difficulties of making the transition. The authors do not attempt to suggest how or when the change should be made, or list the substances for which molar concentration would be impossible to calculate or inappropriate to use. Expressing the concentration of mixtures, such as urinary ketosteroids, may not be valid and certainly warrants more explanation than is given. The normal faecal urobilinogen excretion is quoted in mmol/24 h, but its molecular weight is not stated, and the reader will remain puzzled on how to make the conversion and unconvinced as to whether it is worthwhile.
In a book which advocates one SI unit, it is a pity that many non SI units and symbols, far less controversial than the mole,are retained. The symbol for cubic centimetre is em" not c.c.; that for litre is I not I; those for hour and second are hand s not hr. and sec. The unit of mass should be spelt gramme. Symbols for all units should never be followed by a full stop (except at the end of a sentence) and names of units are not given a capital letter (e.g. newton). There are ambiguities such as 'm./sec./sec.' and, for the gas constant R, 'litre atmospheres per mole per degree'. Other mistakes can further confuse or mislead the reader. The definition of molality is incorrect (mol/kg not mol/!) and in Tables 1 and 2 the plasma and urine concentrations of many substances are was no mention of copper levels in liver. Some overall clinical and genetic aspects are considered in two further chapters.
Those concerned with inborn errors of metabolism in the laboratory or in the ward, should find this book helpful clinically as well as academically. It is noteworthy for providing, concisely, some overall understanding of a few complex and confused areas of human disease.
R. A. Harkness
Biological OxidatioDS. P. SINGER, Ed. Interscience Publishers, 1968. 185s . This is a valuable volume containing on the whole, well balanced chapters by many of the leading authorities in this fast moving and often controversial field. In most chapters both the principal observations and many of the areas of controversy have been clearly defined. The book has been organised into two major sections, the first dealing with the integrated processes (respiratory chain, photophosphorylation, oxidative phosphorylation, etc.) and the second and larger section deals in depth with the specific types of enzymes (flavoproteins, cytochromes, etc.). A minor criticism would be that in a few areas the comment is slightly deficient in some of the more recent views and contributions, and for example the chapter on oxidative phosphorylation includes only a very brief account of the chemiosmotic hypothesis and on the conformational changes associated with phosphorylation. It would be unfair, however, to over-emphasise these deficiencies since they are almost certainly due to the protracted mechanics of publication and will be no doubt remedied in later editions. It is in fact a most comprehensive book which can be confidently recommended for advanced students and research workers and contains a number of well written chapters which will have special appeal to the clinical chemist with an interest in dehydrogenases, N. Crawford
Chromatographic and Electrophoretic Techniques, Vol. 2; Zone Electrophoresis. IVOR SMITH (ed.) 2nd ed. William Heinemann Medical Books Ltd., London, 1968. Pp. 524. 70s . .
The previous edition of this well-known book published in 1960, included contributions froñ ine authors and amounted to 215 pages. The size of this new edition, in which 24 authors have participated, reflects the rapid development of this subject.
Methods of electrophoresis on paper, cellulose acetate and thin layer supports are clearly described and there are useful sections on immunoelectrophoresis and the investigation of isoenzymes. The majority of new material deals with the use ofvarious types of gel, including starch, agar and acrylamide. The emphasis throughout is on the use of these techniques in clinical biochemistry and many chapters include a discussion of the results obtained with clinical material.
The book successfully fulfils its stated object of bringing together tested methods of zone electrophoresis and discussing those which can be applied routinely without referring to the literature for further practical details. As a result, it often reads like a do-it-yourself handbook, full of useful practical tips involving the use of rubber bands, clothes pegs and, for one method, a scooter tyre (of named brand). These intimate technical details are interspersed with reviews of the highest scientific quality. Those by F. V. Flynn, on the use of starch gel electrophoresis in the study of serum and urine proteins, and by A. L. Tarnoky, on the interpretation of acrylamide gel protein patterns of human serum, are of particular interest.
The main defect of the book is that the biochemist faced with an analytical problem, such as the detection of abnormal haemoglobins, is offered the choice of several techniques, each described by an enthusiast who is often its originator. As a result there is no impartial assessment of the merits of each method. Each contribution appears to be independent so that there is some repetition, particularly with recipes for the innumerable buffers which are scattered throughout the text, and conflicting advice is sometimes offered by different authors as, for example, when discussing the value of quantitative analysis of serum protein fractions by scanning the strips. One chapter is reprinted unaltered from the previous edition with the cryptic editorial footnote that the method cannot now be recommended but there still appears to be some interest in it. It is regrettable that benzidine and other carcinogenic stains are still recommended when adequate alternatives are now available.
It is hoped that these defects and the rather high proportion of misprints will be remedied in the next edition. Until then, this book will prove invaluable, although sometimes frustrating, to every laboratory interested in extracting the maximum benefit from electrophoresis. P. M. G. Broughton
